Introduction {#sec1-1}
============

Nevus of Ota or 'Oculodermal melanocytosis' is a congenital hyperpigmentation of the facial skin in the distribution of the first and second divisions of the trigeminal nerve which is often associated with increased pigmentation of the various ocular structures.[@ref1] Pigmentation may affect sclera, conjunctiva, cornea, iris, choroid and less commonly, the optic nerve, retro bulbar fat, orbit periosteum and extra ocular muscles.[@ref2] The dermal lesions are bluish, confluent, non hairy, flat, pigmented macules with poorly defined margins. The melanocytosis also affects the oral cavity, nasal mucosa, external auditory canal, tympanic membrane, orbital fissures, meninges and the brain.[@ref3]

Case Report {#sec1-2}
===========

A 23-year-old female patient reported to our department with decayed tooth in the lower jaw of six-month duration. The patient\'s medical history was non-contributory. The patient had no deleterious habits. Extra-oral examination revealed the presence of hyperpigmented areas over the left periorbital and malar areas extending to the midline. Superiorly, it extended to the hairline on the same side, inferiorly to an imaginary line joining corner of the mouth to left ear tragus ([Figure 1A](#F1){ref-type="fig"}). Bluish-blackish discoloration of the sclera and pinna were noticed on the same side (Figures [1B](#F1){ref-type="fig"} and [1C](#F1){ref-type="fig"}). No other pigmentations or abnormalities were noticed during the general physical examination. Patient stated that these pigmented areas were present since birth and had gradually increased in size. The patient had never sought any treatment for it in the past. Brownish-black diffuse pigmentation was noticed on the buccal mucosa of the same side extending anteriorly from the angle of the mouth to the retro-molar area, and superio-inferiorly to the depth of the buccal sulcus ([Figure 1D](#F1){ref-type="fig"}). Buccal mucosa on the right side showed no pigmentation. A thorough examination of the patient was done by a qualified dermatologist, otolaryngologist and ophthalmologist. Visual acuity and intraocular pressure were normal. Otoscopy and central nervous system examination did not reveal any abnormality. Endocrinal work-up and CT scan of the head revealed no abnormalities. After getting opinions from the concerned specialists, the diagnosis of Nevus of Ota was made. The other possible differential diagnoses were Sturge-Weber syndrome, café-au-lait spots of neurofibromatosis, blue nevus, melasma and actinic lentigo. Sturge-Weber syndrome presents with unilateral Portwine stains and intraocular changes appearing similar to Nevus of Ota. Lesions of Sturge Weber syndrome have typical reddish-purple colour and regress as age progresses in contrast to Nevus of Ota which has a blackish colour and advances as age progresses. Besides, majority of the cases of Sturge Weber syndrome have a history of neurological disorder like epilepsy. A CT scan of the head was performed to rule out cerebral angiomatosis which is also a characteristic feature of Sturge-Weber syndrome. Neurofibromatosis was ruled out because of the lack of cutaneous nodules and the freckling in the axillary region. Blue nevus could be easily ruled out because of its typical bluish color. Melasma can be ruled out as it occurs during pregnancy and hormonal changes. Actinic lentigo presents with brownish papules or plaques. No ocular pigmentation is seen in any of the above discussed entities. The patient was then referred to dermatologist for laser therapy but the patient did not agree for the treatment. However, the patient has been on a regular follow-up for the past one and half years.

![(A) Cutaneous pigmentation of periorbital and malar region on the left side of the face, (B) Pigmentation of lower and lateral part of left eye sclera, (C) Cutaneous pigmentation over the pinna of the left ear, (D) Left buccal mucosa showing diffuse areas of pigmentation.](DRJ-8-52-g001){#F1}

Discussion {#sec1-3}
==========

Hulke first described Nevus of Ota in 1860 but a detailed description was made first by Ota in 1939 wherein the typical pattern of the bluish black pigmentation along with the cutaneous distribution of the trigeminal nerve ware described.[@ref4] This condition is most prevalent in Japanese population but comparatively rare among Indians.[@ref5] However, the exact prevalence rate in Indian population still remains unknown. This condition is more uncommon in males with female to male ratio of 5:1.[@ref5][@ref6]

The exact etiology of this condition is unknown. Some researchers believe that melanocytes move from the neural crest to the skin during early embryonic life. Failure of complete migration into the epidermis before birth with ensuing dermal nesting and melanin production produces characteristic blue patches.[@ref7] Recent studies have revealed that hormonal alteration and exposure to ultra-violet radiation may have an important role to play in the pathogenesis of this condition.[@ref8] Based on distribution, Tanino classified Nevus of Ota as mild, moderate, intensive and bilateral.[@ref9] Our case belonged to Tanino\'s type II group because the areas of involvement included periocular, eyelids, cheek and temple areas. Ear involvement is rare, and oral pigmentation is extremely rare.[@ref10] Among the cases that have been reported with oral involvement, palatal mucosa was affected.[@ref11] In our case, pigmentations were present on the skin over the pinna and left buccal mucosa thus making our case a rarity especially in the Indian population.

The colour of lesions depends on the depth of involvement; deeper lesions appear blue due to Tyndall effect.[@ref7] The lesions in our case had a bluish black colour. The psychological impact of the lesions is high and early treatment would considerably reduce the stress later in life.[@ref6] Our patient also had similar kind of stress but did not agree for treatment. Port-wine stain of Sturge-Weber Syndrome and café- au- lait pigmentation of neurofibromatosis are the major differential diagnoses for nevus of Ota.[@ref12][@ref13] The various treatment modalities available for Nevus of Ota involving the skin includes dermabrasion, epidermal peeling and argon laser. It has also been successfully treated by Q-switched ruby, alexandrite and Nd: YAG laser.[@ref11][@ref14][@ref15] The Q-switched lasers can selectively destroy the melanosomes and melanocytes that are responsible for pigmentation.[@ref16] The lesions are usually asymptomatic but rare instances of malignant melanoma arising from the lesions have been reported, usually along with the ophthalmic division of the trigeminal nerve.[@ref16]--[@ref18] Different disorders such as Sturge-Weber syndrome, Klippel-Trenaunay syndrome, neurofibromatosis, multiple haemangiomas, spinocerebellar degeneration, ipsilateral deafness, and congenital cataract have been associated with Nevus of Ota.[@ref4] Our patient was asymptomatic when she first reported to us and continued to be so since the past one and half years. Our case report intended to highlight a rare oral presentation of a relatively rare dermatological condition.
